A 26-year-old female presented with complaints of class 2 dyspnea and exertional palpitations for the last 3 years. On cardiovascular examination, she had mild cyanosis with a of 86% in all the limbs, no conjunctival suffusion, grade 2 clubbing, raised jugular venous pressure (prominent v wave and y descent), right ventricular (RV) type apex, grade 3 parasternal heave, a wide split second heart sound with loud pulmonary component, grade 3/6 ejection systolic murmur over left upper sternal border, grade 2/6 pansystolic murmur, and diastolic flow rumble over the left lower sternal border. The electrocardiogram (ECG) showed right axis deviation (RAD) and rsR' pattern. The chest X-ray showed cardiomegaly, RV type apex, dilated right descending pulmonary artery, increased pulmonary vascularity, end-on vessels, and snowman sign (figure of eight appearances) [ Figure 1 ]. Based on these findings, the possibility of a supracardiac total anomalous pulmonary venous connection (TAPVC) was kept.
The transthoracic echocardiography in subcostal 4 chamber revealed dilated right atrium (RA), dilated RV, large atrial septal defect (ASD), and all pulmonary veins draining into the common pulmonary vein (CPV) which was located posterior and superior to the left atrium [ Figure 2 ]. The pulmonary flow velocity (2.11 cm/s) was more than aortic flow velocity (1 cm/s), and there was moderate tricuspid regurgitation with a gradient of 59 mmHg. The CPV gave rise to a vertical vein (VV), which was seen on suprasternal long axis view, and it was draining into superior vena cava (SVC) through a left innominate vein [ Figure 3 ] and it showed phasic low-velocity flow. Hence, the final diagnosis of supracardiac TAPVC was made, and the patient was sent for a cardiac catheterization study. TAPVC is a rare congenital heart disease, representing nearly 1.5%-2% of all cardiovascular anomalies.
[1] In TAPVC, all the pulmonary veins join to form the common confluence known as the CPV and this CPV ultimately drains into the RA through various routes: In supracardiac TAPVC, which is a most common type of TAPVC, there is mixing of deoxygenated blood in SVC with oxygenated blood from pulmonary veins; this mixed blood
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Learning points
1. In patients of clinically suspected ASD, if there is cyanosis, always look for anomalous pulmonary venous drainage on echocardiography 2. The chest X-ray has a typical snowman sign (figure of 8) in unobstructed supracardiac TAPVC 3. On echocardiography always look for draining site for a CPV in TAPVC. The most common site is right-sided SVC through a VV. In supracardiac TAPVC, suprasternal view is necessary for delineating the course of the VV enters pulmonary artery through right-sided chambers and into the left atrium through the large ASD.
[2] Symptoms of failure to thrive and recurrent respiratory tract infections and mild cyanosis were present in children. Sometimes, the supracardiac TAPVC is obstructed between the left pulmonary artery and left bronchus which is known as a bronchopulmonary vice, and this may lead to pulmonary edema in infants. [3] Clinical findings in adults are the same as that of an ASD, a wide fixed split of second heart sound and ejection flow murmur over the left upper sternal border. If the shunt is large, then a diastolic flow rumble over the left lower sternal area and RV third heart sound can be heard. The ECG will show right bundle branch block (RBBB) (rsR') and RAD, and the chest x-ray reveals a figure of 8 appearance (snowman sign). The diagnosis is confirmed by echocardiography [4] followed by computed tomography angiography to look anatomy and course of pulmonary veins. [5] During cardiac catheterization, oxymetry data will help in 4. During cardiac catheterization, performing selective pulmonary arteriography and watching the levophase for pulmonary venous return may image the connections.
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